Truncus arteriosus (TA) or common arterial trunk is a rare malformation, accounting for 0.21 to 0.34% of congenital heart diseases, which, if left untreated, leads to increased mortality rates. The condition is characterized by the presence of a unique arterial trunk that overrides the interventricular septum. Despite an overall poor outcome, few subjects present in emergency settings with signs suggestive for pulmonary arterial hypoplasia and associated heart failure. We report the case of a 31-year-old female patient who had been previously diagnosed with pulmonary atresia and severe scoliosis as an infant, presenting in the emergency department with clinical sings of decompensated heart failure which were demonstrated to be attributable to the severe cyanogenic heart malformation and were reversible after initiation of appropriate therapeutic measures.
INTRODUCTION
Congenital cardiac defects (CCD) have an incidence ranging between 4 and 10 cases in every 1,000 alive births in the United States and 6.9 per 1,000 in Europe. 1 CCD consist of an abnormal development of various cardiac and vascular structures during the intrauterine life, which leads to subsequent anatomic and hemodynamic consequences requiring complex surgical and interventional therapies.
These critical defects have been associated with intrauterine mortality and high rates of deaths during childbirth, infancy, or childhood, as well as with an increased morbidity and mortality in pediatric and adult populations.
Furthermore, in addition to a decreased quality of life, CCD imply increased hospitalization rates and elevated healthcare costs.
2
The development of complex imaging methods for the diagnosis of these critical conditions and complex surgical and interventional therapies addressed to such patients, has led to a substantial improvement in their life expectancy and in the associated survival rates. In recent years, the significant progress encountered in surgical, anesthetic, and perioperative procedures resulted in a significantly improved survival of patients with CCD, the age of death shifting from infancy and pediatric age towards adulthood. Despite of this improvement in the complex management of CCD patients, the risk for morbidity and mortality in the CCD population remains high, mainly due to the associated heart failure and malignant arrhythmias.
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Truncus arteriosus (TA) or common arterial trunk is a rare malformation, accounting for 0.21 to 0.34% of congenital heart diseases, which, if left untreated, leads to increased mortality rates. The condition is characterized by the presence of a unique arterial trunk that overrides the interventricular septum, supplying both the pulmonary and systemic circulations, as well as the coronary arteries. 4 Depending on the origin of the pulmonary arteries, there are four types of TA according to the Collett-Edwards anatomical classification system: type I, in which a short pulmonary trunk arises from the TA, dividing into the two pulmonary arteries; type II, in which both pulmonary arteries separate from the posterior wall of the TA; type III, where the pulmonary arteries arise from the lateral aspects of the TA; and type IV, in which the TA is overriding a large ventricular septum defect and is considered a more severe type of the tetralogy of Fallot. 5, 6 If left untreated, common arterial trunk presents a severely impaired prognosis and high mortality rates, causing early congestive heart failure and pulmonary hypertension with cyanosis in most of the cases. Associated cardiac malformations include right-sided or interrupted aortic arch, aortic coarctation, atrioventricular septum defects, and common atrioventricular junction, as well as coronary artery anomalies that may be related to an anomalous origin or trajectory. 7 Despite an overall poor outcome in case of uncorrected TA, due to severe pulmonary arterial hypertension caused by pulmonary overflow and refractory heart failure, few subjects present in emergency settings with signs suggestive for pulmonary arterial hypoplasia and associated heart failure. 8 We report the case of a 31-year-old female patient who had been previously diagnosed with pulmonary atresia and severe scoliosis as an infant, presenting in the emergency department with clinical sings of decompensated heart failure which were demonstrated to be attributable to the severe cyanogenic heart malformation and were reversible after initiation of appropriate therapeutic measures.
The patient agreed to the publication of her data and the institution where the patient had been admitted, approved the publication of the case.
CASE REPORT
A 31-year-old woman presented in the emergency department with severe dyspnea and orthopnea, cyanosis, and an overall impaired functional capacity. The medical history revealed that she had been diagnosed during infancy with pulmonary atresia, left ventricular septum defect, bronchopulmonary and arterial collateralization, by undergoing echocardiographic and angiocardiographic examinations. The patient had not undergone surgical treatment due to her severe scoliosis and was discharged with pharmacological therapeutic recommendations.
At the age of 14 she was admitted in England for further investigations due to moderately restricted exercise The therapeutic management included pharmacological treatment with digoxin, diuretics, and ambulatory oxygen therapy, and the patient was closely monitored, being discharged with significant symptoms relief.
DISCUSSIONS
If left uncorrected, TA presents a poor prognosis, with a mortality rate of 80% in the first year of life, and unrepaired cases that survive up to adulthood are rare. TA is an extremely rare CCD, being characterized by a common vessel that emerges from both ventricular cavities on top of a large septum defect and feeds all three circulations (coronary, systemic, and pulmonary). [9] [10] [11] [12] MAPCAs are vessels developed in the intrauterine life that regress after proper growth of the pulmonary arteries. In cases where the pulmonary blood flow is impaired, such as tetralogy of Fallot or pulmonary atresia, MAPCAs do not regress, but continue to develop as the main arteries supplying the pulmonary circulation. 13 Depending on the origin of the MAPCAs, the TA is classified in four types. 5 The presented case was included in type IV, as she presented with the origin of the aorto-pulmonary branches at the level of the descending aorta. Type IV TA, the rarest of the four categories, is also referred to as pseudotruncus arteriosus, as it is difficult to differentiate from the tetralogy of Fallot with pulmonary valve atresia. the lungs, airways, and spine. 16, 17 In the presented case, the 128-slice CT allowed proper visualization and measurement of the ventricular septum defect, the anatomical Despite the overall general condition of the patient, the lack of surgical correction and severely decreased oxygen saturation (less than 60% in the ambient air), she managed to lead a quasinormal life and has graduated from two universities. The main particularity of this case report is that it shows the natural evolution of a complex cyanogenic congenital heart defect that has not been operated.
CONCLUSIONS
The case report underlines the importance of noninvasive cardiac imaging for achieving an accurate depiction of adult survivors with uncorrected cyanogenic congenital cardiac defects. Common arterial trunk is a rare congenital heart defect with high mortality rates if left surgically untreated. However, this case illustrates that a proper management of this severe condition in emergency settings and also during the follow-up period, makes possible to overcome the odds of a short lifespan and improve the prognosis of these critical patients.
